INTRODUCTION
IgG4-related autoimmune disease is a recently recognized clinical entity associated with autoimmune pancreatitis, various systemic extrapancreatic lesions and an elevated serum IgG4 level.
1 IgG4-related sclerosing cholangitis (IgG4-SC) is one of the extrapancreatic manifestations of this entity, which needs to be differentiated from primary sclerosing cholangitis (PSC) as these two diseases appear similar at presentation, but follow different clinical courses.
In this issue, we will discuss the histopathologic findings of IgG4-SC based on a liver biopsy case of a 65-year-old patient with autoimmune pancreatitis.
CASE SUMMARY
A 65-year-old previously healthy male presented with sharp epigastric pain and fever for the past two days. He had received a pylorus-preserving pancreaticoduodenectomy under the impression of a distal common bile duct cancer 3 years ago. He had a smoking history of 40-packs per year and a recent history of alcohol ingestion before surgery.
Initial aspartate aminotransferase and alanine aminotransferase levels were 147 IU/L and 150 IU/L, respectively. The initial laboratory data showed an increased white blood cell count (Fig. 2D ).
DISCUSSION
The discrimination between IgG4-SC and pancreaticobiliary malignancies and PSC is an important issue. IgG4-SC responds well to steroid therapy or biliary drainage, while PSC is progressive and resistant to steroid therapy, resulting in the involvement of both the intra-and extrahepatic ducts and culminating in biliary cirrhosis. 2 Clinically, PSC usually occurs in younger patients and presents with obstructive jaundice more commonly than IgG4-SC. PSC is commonly associated with inflammatory bowel disease, whereas IgG4-SC is associated with autoimmune pancreatitis. 3 The measurement of serum IgG4 levels is useful for differentiating between these two disorders; according to previous studies, increased serum IgG4 levels exceeding 135 mg/dL are frequently seen in these patients. 4 Hepatic involvement of IgG4-SC can manifest as an overt mass-like lesion or as a mild to moderate portal lymphoplasmacytic infiltration. The portal inflammatory infiltrate of IgG4-SC consists of a dominant proportion of lymphocytes and plasma cells and also numerous eosinophils, whereas PSC shows a lesser degree of portal inflammation and neutrophilic infiltration.
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The periductal "onion-skin" fibrosis formed by well-organized lamellated collagen bands seen in PSC is absent in IgG4-SC, 3 and obliterative phlebitis is more commonly identified in IgG4-SC. 
